young people with chronic fatigue, attention deficit and hyperactivity would have been welcome: so would some discussion on audit and outcome of her practice. The book concludes with useful suggestions for further reading and a glossary but, alas, no index. Any doctor, generalist or specialist, working with children would profit from reading it and one must hope that MRCPCH examiners will be as particular about emotional milestones as they are about neurodevelopmental ones. By the 1 980s there was overwhelming evidence that in many forms of muscular dystrophy the primary defect was at the level of the muscle fibre membrane. The discovery of dystrophin in 1987 seemed to answer many questions. Localized in the subsarcolemmal region, this large rod-shaped structural protein seemed to have a role in stabilizing the fragile membrane by providing a link between cytoskeletal actin and proteins of the extracellular matrix. Mutation of the dystrophin gene, located on the X-chromosome, leads to either Duchenne muscular dystrophy (when no functional dystrophin is produced) or the milder condition of Becker muscular dystrophy (in which there is a reduced amount of dystrophin, or a smaller but functional version of the dystrophin protein is produced). There were high hopes that this breakthrough in basic understanding would lead rapidly to effective therapies, and uncritical media coverage gave many patients and their families false expectations. Ten years on we have learned a great deal more about dystrophin and its associated proteins, but still have no specific therapies available. In their foreword to Dystrophin Brown and Lucy remark that we have learned many things, not least 'the need for humility before assuming that we have unpicked nature's secrets'.
The identification of dystrophin led in turn to the discovery of associated proteins and glycoproteins-known as sarcoglycans, dystroglycans and syntrophins. These various components form a macromolecular complex with dystrophin. It was postulated that deficiency of these associated proteins might be responsible for other forms of muscular dystrophy and indeed this has proved to be the case. Thus, absence of each of the four sarcoglycans is associated with a particular form of limb girdle muscular dystrophy.
Despite these momentous discoveries, which have greatly enhanced our knowledge of the muscular dystrophies, many basic questions remain unanswered, not the least being what is dystrophin's main function. Is its main role structural or does it have a role in signalling mechanisms or ion homoeostasis? Brown and Lucy's book provides a timely review of developments over the last ten years and tackles some of these unanswered questions. The 26 contributors, including the editors, are acknowledged experts. The production quality is high and by current standards the price is very reasonable. What few criticisms I have do not detract from the overall value of this book which I recommend highly to all of those with more than a passing interest in muscular dystrophy-and particularly for those just entering this area of research. The eleven chapters cover the structure and mutation of the dystrophin gene, the structure of the dystrophin protein, its localization and relationship to associated proteins, consideration of the functions of dystrophin, and approaches to therapy. I think that the book would have been enhanced greatly by a chapter devoted to clinical aspects, including comments on the classification of the major forms of muscular dystrophy (the X-linked forms, the autosomal limb girdle muscular dystrophies and congenital muscular dystrophy). These issues are discussed in various places; but, for example, a summary of the autosomal forms of limb girdle muscular dystrophy is rather hidden in a chapter on Functions of Dystrophin. There is some editorial laxity in the use of abbreviations. In one chapter the complex of dystrophin and its associated proteins and glycoproteins is given the abbreviation DPC, in another DAGCconfusing for the newcomer.
Overall, this is a book I am pleased to have in my own collection.
David Hilton-Jones
Department of Clinical Neurology, Radcliffe Infirmary, Oxford OX2 6HE, England
